TpaHcdy3nOHHaAA TaKTUKA NPU OCTPbIX
HapyLeHnsAX remocTasa B aKyllepcTBe

KynukoB AnekcaHap BeHnammHoBuY

Ypanbckum rocyaapcTBeHHbIN MeAULMHCKUU YHUBEpCUTeT
Kadeapa aHecTteamonormu, peaHMMaTosnormm, TOKCUKONOrnm n TpaHccysumonormm



OnpeensTh MEAUIMHCKHE TOKA3aHKUA K HA3HAYECHHIO KOMILIEKCA HCCIIC/IOBAaHUH
JIUIs JHArHOCTHKH CHHApOMA JTUCCEMHHHPOBAHHOIO BHYTPUCOCYAHCTOIO
CBEPTHIBAHHS KPOBH B COOTBETCTBHUH C JICHCTBYIOINIUMH IOpANKaMH OKa3aHWS
MEIUIIMHCKON IOMOINM, KIMHHYECKHMH PEKOMEHIALUsIMH (MPOTOKOJIAMU
JeYeHHs) IO BOIPOCAM OKa3aHUs MEIUIMHCKON IMOMOINH, ¢ y4eTOM CTaHAapTOB
MEIMIIMHCKOMN moMoI®m

Koppuruposath HapylIeHHS CBEPTHIBAIOMIEH M AHTUCBEPTHIBAIONICH CHCTEM
KpPOBH, JHCCEMHHHPOBAHHOE BHYTPHUCOCYAMCTOE CBEPTHIBAHHE KpOBH,
KOarvJomaTHio




NMpuHuuMn
«KOHTpPOAb 32 remocTasom»
NP KPUTUYECKUX
cocToAHMnAX obnasarteneH!



OcTpble HapyLwleHUA remocTasa -rmnoKoarynaumsa

-

 BpoXXaeHHbIn aebnumr daKTOopOoB
CBEepTbIBaHMA KPOBU U TPpOMboOUUTOB

e HapyweHue npoayKumu ¢aKTopoB n
Tpombouurtos

* NMotepa d¢aktopoB u TpombouutoB npu
KpPOBOTEYEHUU U AUNIOLUA

* MotpebneHne do¢akKkTopoB U TpOombouuTOB
npu ABC-cuHgpome

* UHrMbutopHble popmbli

e [eiicTBUE aHTUKOAryNAHTOB n
Ae3arperaHToB




«femocTa3nonor» — 3To CKa3ouHbI¥ NepcoHax!




Bo1BOA: pne

cex Hy)XHa noarotoBKa Bpayeu

U aKkywep-ruHeKonor, U aHecTe3nonor-peaHnmaTtonor

ponxHol CAMMWM Bnapetb 0CHOBaMu remocTtasa u
npUHUMamMeo peweHus



be3 nabopatopuun: KAIMHMKA — OLLeHKa MOMEHTa/IbHO

N
Mo o6bemy Kposonotepu: 6onee 30% OLK nam 1500 mn

KnuHuueckaa oueHka agudpdpysHon Kposotoumsoctu (noutm tect no W.W. Duke) mecr
BKOJIOB, LUBA, MeCT YCTAaHOBKU ApEeHaXKel, KaTeTepos
MNossneHue (HapacTaHMe) NneTexnanbHOM CbINU HA KOXKe U C/IN3UCTDIX.

JKcnpecc-naboparopua:

NnhwWwnNPE

TpombouuTbl

dubpuHoreH

MHO: mexxayHapoaHoe HOPMA/ZIM30BaHHOE OTHOLLEeHue

AMNTB: akTMBUPOBaHHOE NapumanbHoe (WacTUUHoe) TpombonnacTuHoBOe Bpemsa
T3I, ROTEM : BA3KO3/1aCTUYECKME CBOUCTBA KPOBMU

CamocCToATeNnbHO:

-
1.

2.

MpobupouHbiii TeCT BpemeHn cBepTbiBaHUA uenbHou Kposu no R. |. Lee n P.D. White
(6bonee 10 muH)

T3I, ROTEM - BA3KO3NacTUYECKMEe CBOMCTBA KPOBM (HenocpeAcTBEHHO B OonepaLMOHHOWM
nnn OAP)

)




Mo 06bemy KPOBONOTEPWU: MNMpukas ot 2 anpena 2013 roaa N 1831 «06

yTBepXaeHnum npasua KAIMHN4YeCKoro mcnos1iboBaHuA ,qOHOpCKOi;I KpoBUu “n (VIIWI) ee
KOMMNOHEHTOB»

30% OUK naun 1500 mn



Mepennsaem! He nepenuBaem!






Mpu KpoBoTEeUeHUU Bcero Yetbipe undpbl

HeT noKa3aHuu ana
3KCTPEHHOU KoppeKuuu






Bcero Tpu 3¢ PeKTUBHbIX KOMNOHEHTA
KOHCEepBaTUBHOro remocTtasa

KOMMNOHEeHTbl KPOBU

~ AHTUOUOPUHONUTUKM |



Bce ocTanbHoe:



TpaHcdy3MAa KOMNMOHEHTOB KPOBU
pernameHTupyerca:

NMPUKAS 25 Hosibpaa 2002 r. N 363 «O6 yTBepxaeHun
WHCTPYKLUN NO NPUMEHEHNI0 KOMMOHEHTOB KPOBU»

NMPUKA3 ot 2 anpensa 2013 roga N 183H «O0 yTBepxaeHuUu
npaBumn KIMHUYECKOro WCMNONb30BaHUA [LOOHOPCKOM KPOBU U
(vnn) ee KOMNOHEHTOB»

NMPUKA3 ot 19.07.2013 N 478H "O0O yTBepxaeHMM HopmaTuBa
3anaca OOHOPCKOU KpoBU U (UNIKM) ee KOMMOHEHTOB, a TaKXe
nopsiaka ero gopmMmmMpoBaHMA U pacxogoBaHUA"



KpoBoTeuyeHue npopomnxaercs

'Mnokoarynauusa

MoTteps dakTopoB npwm Kputnueckoe

KpOBOTEYEeHUN, Kak oTnnunutb?  notpe6neHue ¢paktopoB

remoaunouus ‘ npu ABC-cuHapome



a
pu18oA Al
Bce)(‘-

Hy»XHo 6bIcTpO:



MaccusHaa KpoBonoTtepA

MaccuBHana TpaHcdy3uA



Tpurrepbl

«[MpoTtokona maccuBHOM TpaHcdy3nnN»

Table 3 American College of Surgeons Advanced Trauma Life Support (ATLS) classification of blood loss based on initial patient
presentation. Signs and symptoms of haemorrhage by class. Table reprinted with permission from the American College of

Surgeons [111]

Parameter Class | Class Il (mild) Class Il (moderate) Class IV (severe)
Approximate blood loss < 15% 15-30% 31-40% > 40%

Heart rate > /1 1 T/

Blood pressure — > /] \l

Pulse pressure > i ! !

Respiratory rate > « /1 1

Urine output > « 1 i

Glasgow Coma Scale score > > ! 1

Base deficit* 0to —2mEg/L -2 to -6 mEg/L -61to —10mEg/L - 10mEg/L or less

Need for blood products Monitor Possible Yes Massive transfusion protocol

American College of Surgeons Committee on Trauma. ATLS® Student Manual 10th Edition. Chicago:

American College of Surgeons; 2018.




] [MpoToKkOn MaccuBHOMU TpaHCcy3un |

ApPUTPOUNTDLI CBexe3aMOpOXeHHast
nnasma




ObGecneuynBaeT MHAUBUAYaANbHbLIN NoaxoAn

U CHUXXaeT PUCK NOoTeHUManbHbIX
OCJITIO)XXHEeHUn




MNMpuka3 MunsgpaBa Poccum ot 02.04.2013 N 183H
"O06 yTBepXXAeHMU NpaBUI KITMHUYECKOro UCNosib30BaHuUA
AOHOPCKOW KPOBU U (U5n) ee KOMMNOHEeHTOB"

30. MegmMuuHCKMM nokasaHWeM K TpaHcy3nmn (nepenmBaHnio) JOHOPCKOW KPOBU
N IpUTpPOUUTCOAEPKALLUNX KOMIMOHEHTOB MpPUM OCTPOM aHeMWUUu BCreacTBue
MacCUBHOW KpoBonoTepn aBnsetcs noteps 25-30% obbema LupKynupyroLemn
KPOBW, COMNPOBOXAaALWAasaACs CHUXKEHMEM YPOBHA remornoobuHa Huxke 70-80 rin
U rematokputa Huxe 25% U BO3HUKHOBEHMEM LIMPKYNATOPHbIX

HapyLleHUN.

BuiBoA: reMmornoouH gomnxeH oObITb 6onee 70 r/n




bjhe— Cee)Xe3amMopoXKeHHasa naasma

Guidelines for the use of fresh-frozen plasma, cryoprecipitate
and cryosupernatant

Table II. Fresh-frozen plasma (FFP) content of electrolytes, etc.
(mmol/l; an average ‘unit’ of FFP contains 300 ml).

Table IV. Haemostatic factor content of thawed fresh-frozen plasma
(FFP), and after storage at 4°C. A typical unit of 300 ml includes
(IU/ml), except fibrinogen (g/1).

Levels when Levels Levels
freshly thawed at24 h at5d
Fibrinogen 2:67 225 2:25
FII 80 80 80
FV 80 75 66
FVII 90 80 72
FVIII 92 51 41
FIX 100
FX 85 85 80
FXI 100
FXII 83
FXIII 100
Antithrombin III 100
VWF 80*

Na

K

Glucose
Calcium
Citrate
Lactate
pH
Phosphate

165 (48 mmol/unit)
3-3 (1-0 mmol/unit)
20

1-8 (low)

20

3

7-2-7-4

3:63 (high)

These values were determined in the Pathology Laboratories of Sou-
thampton University Hospitals Trust.

Protein C and antithrombin levels are in the ‘normal range’.

*With some loss of HMW multimers, particularly if SD-treated.




Kposonoteps, WwokK + Koarynonatua (ABC-cuHgpom)



Mpuka3s Munsapasa Poccun ot 02.04.2013 N 183H "O06
yTBepXAEHUU NpaBun KIMMHUYECKOro UCnosib3oBaHus
AOHOPCKON KPOBU U (UNN) ee KOMMOHEHTOB"

Mnasma 6e3 KpoBOTEUEHUA

B) oonesHu neyeHwm, conpoBoXxaarLwumecs CHNXeHUuem
npoAyKLuuu nra3smMeHHbIX  ¢akTopoB  CBepTbiBaHUSA n,
COOTBETCTBEHHO, ux aeduuUMTOM B UMPKYNAUuM (oCTpbIn
dynbMUHAHTHbLIN renaTuT, LUPPO3 NeYeHu),

) nepeno3vMpoBKa aHTUKOArynssHTOB HeENnpsiMoro AOeucTBus
(AUKYMapuH u gpyrue);

A) TepaneBTUYECKUM nnasmacgpepes y nauymeHToB C
TPOMOOTMYECKOU TpoMOoOUMTONEHNYeCKon nypnypou (6onesHb
MowkoBuL), TsXKernbIX OTPaBMEHUAX, Cerngc ”’ “})CTpOM nBC-
CUHApPOME; ¢ “‘!\‘“/%

e) Koarynonartusi, oOycrioBrieHHas ,qeqo/,wnom nfa3sMmeHHbIX
domsnonornyeckux aHTUKOarynsHTOB. /;@ )



Mpuka3 MuHagpasa Poccuun ot 02.04.2013 N 183H
"O6 yTBepXXaeHUun npaBun KIIMHNYECKOro UCNONb30BaHUA
AOHOPCKOW KPOBU U (UNn) ee KOMNOHEHTOB"

VIIl. NMpaBuna npoBegeHns TpaHcoy3num /f/f:{’ "\.,‘
(nepenuBaHmnsA) cBexe3aMOpPOXEeHHOMN Nna3Mbl R\ L S
\ \

a) ocTpbin [ABC-CMHAOPOM, OCMOXHAWLWMIA TeyeHne LUOKOB Pa3fINYHOro reHesa

(CerlTVI‘-IeCKOI'O, remopparn4eckoro, reMoSIMTUYEeCKOro) WM BbI3BaHHbLIA OPYrMMU  NPUYMHaMU

(ambonusa  okononnogHbIMM  BOAaMM, Kpall-CMHOPOM, Tshkenasi TpaBMa C pPa3MO3XKEHMEM TKaHEW,
oOLMpHbIE XMpypruyeckne onepaumm, OCoOBEHHO Ha nerkux, cocydax, rorioBHOM MoO3re, npocrtaTe),
CUHOPOM MaCCUBHbIX TPaHCy3um;

He nuwwute cnosa «[1BC» npwu ,,.44""‘;?
cencuce M CENTUYECKOM LLOKE A gjﬁg-g
— "
\ L

KoaryrnonaTtus, 06yC.l10BJ19HHaFI ,EI,E(*WILI,VITOM nna3MeHHbIX CbVI3VIO.I10FVI‘-IeCKVIX
dHTUKOArynsaHTOB.

BBoaute KOHUEHTpPaTbl PU3NONOTNMYECKUX
AHTUKOAryNAHTOB TONIbKO NPMU
AOKYMEHTUpoBaHHOM aedunuure



NpumeHeHue C3I ocHOBAHO Ha
cTaHAapTHbIX TecTax (MB n/uan

Fresh frozen plasma-based management
Recommendation 26 If a FFP-based coagulation resus-
citation strategy is used, we recommend that further use
of FFP be guided by standard laboratory coagulation
screening parameters (PT and/or APTT > 1.5 times nor-
mal and/or viscoelastic evidence of a coagulation factor
deficiency). (Grade 1C)

We recommend that FFP transfusion be avoided in pa-
tients without major bleeding. (Grade 1B)

We recommend that the use of FFP be avoided for the
treatment of hypofibrinogenaemia. (Grade 1C)

ANTB 6onee 1,5 oT HOpMbI UK
T3r/ROTEM c pgeduuymutom
daKTopos

C3I1 He pekomeHAayeTCA Y
naumMeHToB 6e3 3HaYNTEeNbHOro
KpoBoOTeyeHus

C3I1 He pekOomeHAyeTCcA ANA

neyeHums
runopmbpuHoreHemum




Mpuka3s MuH3sgpasa Poccum ot 02.04.2013 N 183H
"O6 yTBepXaeHUU npaBun KIIMHUYECKOro NCnosib30BaHUsA
AOHOPCKON KPOBU U (UNn) ee KOMNOHEHTOB"

IX. MpaBuAaa TpaHchy3MM Kpuonpeumnurara

OCHOBHbIMU MeAULUHCKUMM NOKA3aHUAMMU ANA TPAHCPY3UM
(nepennsaHun) kpuonpeuyunurarta asnaerca remopunua Aun b

runopmnbpmHoreHemus.

YpoBeHb pubpUHOreHa npm Kposonortepe AoaKeH bbiTb

6onee 2,0 r/n

Moloney W, Phillips L, Pritchard ], Ratnoff O, Reid D, Schneider C: Management of the obstetrical
patient with hemorrhage due to an acute or subacute defibrination syndrome. Blood 1959; 14: 1354—
1367.



®ubpunHoOreH — He3aBUCMMbIW NPEAUNKTOP NEeTA/IbHOIO Ucxoaa
NP TAXKeN0U TpaBme

McQuilten ZK, Wood EM, Bailey M, Cameron PA, Cooper DJ. Fibrinogen is an independent
predictor of mortality in major trauma patients: A five-year statewide cohort study.
Injury. 2017 May;48(5):1074-1081.



MoandpunumuposaHHaa wkana ABC-cuHAPOMA B aKyLlepcTBe

MapameTp ISTH, 2001 Clark S.L., 2016

>100*10° 0 Bonee 100 *10° 0

KonuyecTtBo TpombouunToB £010010° | 5 £0-100*10° 1

<50%10° | 2 MeHee 50*10° 2
PacTtBOpuMbie MOHOMEPbI Het yBenuuenus | ¢
¢ubpuHa/npoayKTbl YmepeHHoe yBenuueHue | 2
aerpagaumm pubpuHa 3HaunTenbHoe | 3

yBenuyeHue

MeHee, yem Ha 3 ¢ 0 YBenu4yeHune Ha 25% 0

YBennyeHune npoTrpoMoMHOBOro Or3m06c| 1 VeenuuoHMe 25-5001 1

BpeMeHu Bonee,4emHa6¢c | 2 YBenuyenue 6onee 50% 2

PubpUHOreH Bonee1rin| O MeHee 2,0 1

P MeHee1r/n | 1 Bonee 2,0 0

- Bonee 3 — aBHbLIN [ABC-

Bannbl 6onee 5 — ABHbIN BC-cuHapom CUHAPOM B aKyLIEPCTBE

Clark SL, Romero R, Dildy GA, Callaghan WM, et al. Proposed diagnostic criteria for the case definition of amniotic fluid
embolism in research studies. Am J Obstet Gynecol. 2016 Oct;215(4):408-12..

Erez O. Disseminated intravascular coagulation in pregnancy — Clinical phenotypes and diagnostic scores. Thromb Res. 2017
Mar;151 Suppl 1:556-S60.




dunbpuHoreH
[C3I‘I: $dbunbpuHoreH 2,0 r/n ]

[ Kpuonpeuunurat: pubpuHoreH 15,0 r/n j

OpHa po3a ysennumsaetr pubpuHoreH Ha 0,06 r

KoHueHTpaT pnbpuHoreHa:
$dunbpuHoreH ao 30,0 r/n




Mpukas MuHsgpaBsa Poccum ot 02.04.2013 N 183H
"O6 yTBepXXaeHUU npaBun KIIMHNYECKOro UCNONb30BaHNSA JOHOPCKOMN KPOBU
u (Mnu) ee KOMNOHEHTOB"

X. MpaBuna TpaHcdy3uu (nepenmBaHnA) TPOMOOLUTHOrO KOHUEHTPATA
(tpombouuTos)

53. KOHKpeTHble nOKas3aHuA K TpaHcdy3um (nepenusBaHuio) TpombOUUTOB

onpeaensaet siedalwMU BpPaAY Ha OCHOBAHMKU aHaNM3a KAMHUYECKOW KapTUHbl U MPUYUH
TPOMOOLMTONEHUN, CTENEHU ee BbIPAaKEHHOCTM W NIOKan3auum KposoTeuyeHua, obbema u

TAXECTU NPeAcTosLLEN onepaunn.
He 06Aa3aHbI!

o
o

Tpom6ouuTbl 6€3 KpoBOTEeUeHMUA MOTYT nNepennsaTbCa NpU ypoBHe

10-20*10° NPU BbICOKOM PUCKE reMopparnyeckux oCN0XXHeHUM




4 N
TpombouuTbl He NOKa3aHbl (NPOTUBOMNOKa3aHbl)

e AyTOMMMYHHaA TpombouuToneHusn
* [enapuH-MHAYUUPOBAHHAA TPpOoMboUUTONEHUA
e TpomboTunuecKkaa TpombouuTOoneHU4YecKan nypnypa.

- /

54. MepenunsaHue TpombouuTos He nposoauTcs npu
TPOMOOLUTONEHMU UMMMYHHOro TreHe3a, 3a MCKAKOYeHuem
cnydaes Ha/IMMUA XN3HEHHDbIX NnokKasaHuu npu
Pa3suBLIEeMCA KPOBOTE4YEHUMN.




TpombouunTbl NpU KPpOBOTEYEHUN HEOOXOAMMO noaaep*KmusaTb

6onee 50*10°

[ne B3aTb?
KpuokoHcepsuposaHHbie Tpombouutbl!
OTeyecTBeHHasa TexHonorma!
XpaHeHue TpombouutoB 2 roaa!



Tpurrepbl Ansa TpaHcdy3nn KOMNOHEHTOB KPOBMU

HeT kposoteuenusa - HET skcmpennoli mpaHcy3suu

KOMMNOHEHTOB KPOBU

AHanunsbl He ne4vynm
/

[[ KoHTponupyem u COBeTyemc;l]]




Ha Kaxkablie 6 po3 C3I1

e R e R e R - e B G wc= s o,

B 12 pas ysennumsaetca puck OPAC!

B 6 pa3 ysennumBaeTca pUCK NOAMOPraHHOMU
HepgocTaTouyHOCTMH!

- B 4 pasa ysennumBaerca puUcK NHEBMOHUMU U
£ cencuca! | e Lo
- S A 5:_ f 4
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HavanbHbIM nouck no 6azam Cochrane Library and PubMed
OcTpble remonuTnyeckue peakumm (n=4271)
CenTtuyeckue peakumm (n=2869)
Annepruyeckue peakuum (n=1569)
CBsizaHHaA c nepenuBaHUEM peaKkLUa «TPaHCnsaHTaT NpoTuB xo3snHa» (n=1390)
CBsizaHHaA c nepenuBaHMUeM LUUPKYNATOpHasa neperpy3ka (n=1038)
CBsizaHHOe C nepenMBaHMeM OCTpoe noBpexaeHue nerkoro (n=816)
XonopoBasa u TemnepaTtypHaa TOKCUYHOCTL (N=893)
F'MnoTeH3uBHbIE peakuuu (n=797)
MNMypnypa noctrpaHcdy3noHHasa (n=784)
OTcpoueHHble ceponornyeckme peakumm (n=16)
JlnxopapoyHble HeremonuTuyeckue peakumm (n=53)
OTcpouyeHHble remonuTnyeckue peakumm (n=12)
LiuTpaTHaa nHtokcukaums (n=63)
N'Mnepkannemuyeckana aputmus (n=11)
OcTpoe noBpexaeHne nuwieBapuTenbHoro Tpakra (n=119)



KOMNOHEeHTbI

KpPOBM

bepanba. ..AeKaperBa XOPOLUU TONbKO ANA nioaei

300POBbIX U KpPenKux, y KOTOPbIX XBaTaeT CuUn
Bblaep»XaTb OAHOBpPEeMEeHHO W 6one3Hb U

NNeKapcTBo...

Monbep XK.B. «MHUMbIN 6onNbHOWY, 1673



An bTepHaTnBa KOMIMNOHEHTaM KPOBMW.

APUTPOLUTBLI U FTeMOTTIOOUH - TONbKO peuHdy3us!
Kpnonpeuunurart: KoHUeHTpaT coubpuHoreHa, nnasma, ¢. VI, IX

NMna3ma: KoHUeHTpaT (PaKkTopoB NPOTPOMOUHOBOrro KOMMJieKca

(KMK), dbakTop VI, JITuOhuU3uUpoe8aHHasi nia3ma

TpoMbouunTbl: ansLTepHaTUBLI HET!




He nyTaem!

.

CBexe3amMopoOXeHHas nnasma,
KpuonpeuunurtaTt, TOPOMOOLMUTDI,
KINK, ¢onbpunHoreH, chakropsi VI,
IX, VWF

/

3ameLgaroT
aedpuunT

[ PakTop VIl - Koarnn }

YcunuBsaer

adpdekT




Beaywive mupoBble aKyLlepCKUEe U aHecTe3no/ornyeckue

accoLmauum:

Association of Anaesthetists of Great Britain and Ireland (AAGBI)

American Society of Anesthesiologists (ASA)

European Society of Anaesthesiology (ESA)

National Blood Authority (of Australia)( NBA)

International Expert Panel

Society of Obstetricians and Gynaecologists of Canada (SOGC)

French College of Gynaecologists and Obstetricians (CNGOF)

Germany, interdisciplinary group of experts from Austria, and Switzerland (D-A-CH)
Royal Australian and New Zealand College of Obstetricians and Gynaecologists
(RANZCOG)

Royal College of Obstetricians and Gynaecologist (RCOG)
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«3a» npumeHeHune ¢dakrtopa VIl npu KposonoTepe
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o eBepgeHna Koarnna Nocne BBegeHua Koarmnna




BonesHb BunnebpaHpa

Indications for Replacement Therapy in VWD Reference [14]

Spontaneous or post-traumatic severe bleeding

e  Single or daily doses of 50 IU /kg of VWF to maintain FVIIL:C levels >50 U/dL until bleeding stops
(usually 7-10 days) *

Spontaneous or post-traumatic mild to modera

e Single or daily doses of 2040 TU/Kg ¢ KoHueHTpaTt paktopa Bunnebpanpga 30-60 EA/Kr
(usually 1-3 days) * Kpunonpeuunurar

Major surgery
° Daily doses of 50-60 IU /kg of VWF to maintain pre-operative FVIIL:C and VWF:RCo levels of
80-100 U/dL until 36 h postoperatively and then >50 U/dL until healing is complete (usually 7-10 days) *
e  Measure plasma levels of FVIIL:C (and VWEF:RCo ) every 12 h on the day of surgery, then ever 24 h
e  Usual thrombo-prophylactic treatment with LMWH should be implemented in patients at high risk of
venous thrombosis
Minor surgery
e  Daily or every other day doses of 30-60 IU/kg of VWEF to maintain FVIII:C levels >30 U/dL until healing
is complete (usually 1-5 days) *
Dental extractions
° Single dose of 2040 IU/kg of VWEF to maintain FVIIL:C levels >50 U/dL for 12h *

Delivery and puerperium
° Daily doses of 50 IU /kg of VWEF to maintain FVIII:C levels >50 U/dL for 34 days

In type 3 patients with alloantibodies all plasma concentrates containing VWF must be avoided because of the risk
of anaphylactic reactions. r-FVII (Recombinant FVIII) administered at very high doses by continuous intravenous
infusion, or r-FVIla can be used instead




BonesHb BunnebpaHpa

JlnueHsunpoBaHHble B EBpone KOHUeHTpaTbl paKkTopa BunnebpaHpa

VWE /FVIII concentrates licensed in Europe.

. o . o
Product Brand Purification Viral Inactivation VWF.RC'.olAg VWE RCO.!FVIH
(Ratio) (Ratio)
. Heparin ligand S/D + dry heat
Alphanate Grifols chromatography (80°, 72 h) 047 £0.1 091 £0.2
. ) Heparin ligand S/D + dry heat
Fanhdi Grifols chromatography (80°, 72 1) 047 £ 0.1 1.04 +0.1
Haemate . . e Pasteurization
P/Humate P CSL Behring ~ Multiple precipitation (60°, 10 h) 0.59 + 0.1 245 +0.3
Ion exchange S/D + vapor heat
Immunate Baxter chromatography (60°,10 h) 0.47 1.1
: Ion exchange + size S/D + dry heat
Wilate Octapharma exclusion chromatography  (100°, 2 h) ) 0-9
Wilfactin LFB Ion exchange + affinity 5/D, 35 nm filtration, 0.95 50

dry heat (80°, 72 h)




MprnobpetreHHbIU CMHAPOM
BunnebpaHaa

Table 4. Therapeutic agents used in the management of AvWS-associated bleeding

Agent/procedure

Dosage/remarks

Desmopressin (Minirin, Ferring)

% NaCl)/intravenous infusion, 30 min,

vWF concentrates

rVIla (NoveSeven, Novo Nordisk)

cy depending on vVWF activity)

Immunoglobulins (IVIG)

1 g/kg b.w. intravenously for 2 days

Antifibrinolytics - tranexemic acid
(Exacyl, Polfa Warszawa)

20-25 mg/kg b.w. orally or intravenously every 8-12 h

Plasmapheresis

albumins should be replaced with ffp




femodpunua A — pakrop VIl

femodpunua B — pakrop IX

UHrubutopHbie popmbl remopunumn — pakrop VIl



MpunobpetreHHaa remodununa A

rFVII 90 mkr/kr -Koarun




Table 1. General characteristics of recessively inherited
coagulation disorders

Prevalence of

Deficient factor and homozygous Chromosome
OMIM no.t forms Gene (size in kb) location
Fibrinogen #202400 1in 1000 000
+134820 FGA (7.6) 4931.3
*134830 FGB (8.1) 4931.3
*134850 FGG (8.5) 49321
Prothrombin 1in 2 000 000
*176930 F2(20.3) 11p11.2
Vv 1in 1000 000
*227400 F5(72.3) 19242
Vil 1in 500 000
*227500 F7(14.2) 13934
X 1in 1000 000
*227600 F10(26.7) 13934
Xl 1in 1 000 000%
*264900 F11(22.6) 49352
Xl 1in 2000 000
+134570 F13A (176.6) 6p25.1
+13580 F13B (28.0) 1931.3
V + VIII #227300 1in 2000 000
*601567 LMANT (29.4) 18921.32
*607788 MCFD2 (13.9) 2p21
Vitamin K—dependent 1in 2 000 000
type | #277450
*137167 GGCX (12.4) 2p11.2
type [1 #607473
*608547 VKORCT (5.1) 16p11.2




KoHueHTpaT ¢pubpuHoreHa 20-30 mr/Kr

C3M 15-20 ma/Kr

Table 6. Recommended schedules of treatment of different clinicg KpuonpeanMTaT 1 po3a Ha 10 Kr mt isorders
Factor deficient Major surgery |_|‘E n b: 60 nee 0'5 r / n
du 5pMH oreH \. Concentrate (20-30 mg/kg) FFP (15-20 mL/kg) Prophylaxis with weekly concentrate

3. FFP (15-20 mL/kg) Target: > 50 mg/dL fg arget: Q. ma/dluntil bleeding stops doses (20-30 mg/kg) if
C. Cryoprecipitate (1 bag per 10 kg) KMNK 20_30 E p‘ / Kr spontaneous bleeding is frequent
Target: > 50 mg/dL until healing is complete and severe

Mpotpoméuu A PCC (20-30 Ukg) SR C3M 15-20 ma/kr After PCC, FVI, FIX, and FX should
B. FFP (15-20 mL/kg) LLE/1b: 6onee 30% LECS not exceed 150%
Target: > 30% until healing is complete
FFP (15-20 mL/kg) As for major surgen No available concentrate

¢aKTOp v Target: > 20% until healing is complete get . C3n 15'20 MI'I/ Kr
da KTOp A.rFVlla (15-30 pg/kg at 12-h intervals) As for major surgery uE n b: 60 fiee 20% Monitor with factor VIl activity
Vil B. Concentrate (30-40 U/kg at 12-h interva get. > 20% for2-3 d assays

Target: > 20% until healing is complete

- dakTop X A_PCC (20-30 U/kg) rFVIlI 15-30 MKI'/KI' - Koarun and FIX should
B. FFP (15-20 mL/kg) oy
Target: > 20% until healing is comnip KI'IK 20-30 Eﬂ,/l(l'"l an 15-20 Ml]/KI’

daktop XI FFP (15-20 mL/kg) C3M 15-20 mn /Kr LLENb: 6onee 20% can usually be
Target: > 20% until healing IS"eq hers h infusions at
LENb: 6onee 20% alternate days
¢aK1'op A. Concentrate (10-20 U/kg) j Prophylaxis in all patients. The
Xl B. FFP (15-20 mL/kg) replacement material can be

C. Cryoprecipitate (1 bag per 10 kg)
Target: > 5% until healing is complete

infused every 20-30 d

Clinical situations and treatment options in order of priority. FFP 0%
rFVlla recombinant FVIla

~~g LE/Ib: 60nee 20%

activated; PCC, prothrombin complex concentrate; and

KoHueHTpaT 10-20 EA/Kr
C3N 15-20 ma/Kr

Kpvonpeuunutart 1 go3a Ha 10 Kr mt
LLE/1Ib: 6onee 5%
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40138 nauueHToB!

Ha kKaxabie 15 MUH 39peKTUBHOCTb
TXA cHuKaetca Ha 10%

3 yaca -
aPpPeKTUBHOCTbL - 0

dddeKkTuBHan KoHueHTpauma 10-15 mr/n

Picetti R, Shakur-Still H, Medcalf RL, Standing JF, Roberts I. What concentration of tranexamic acid is needed
to inhibit fibrinolysis? A systematic review of pharmacodynamics studies. Blood Coagul Fibrinolysis. 2019
Jan;30(1):1-10




Henb3a oTknaabiBaTb BBegeHue PpaKTopos
CBepPTbIBAHUA KPOBU HA «NOTOMDM!




Y10 3HAUUT «bbICTPO!»

Hauano sBegeHua ¢pakropa Vil
n/vnu KMNK, TpaHekcam

Havyano onepauyuu >

Hauano eeegeHunsa C3M1
u/vnu KpmonpeuunuraTa

Hauyano BBegeHua Tpombomaccnil
UAn TPOMOOKOHUEeHTpaTa




Jloruka remocraTnyeckom tepanumm

MNMpeaynpexaaem nusuc:
AaHTUPUNOPUHONUTUKMN



Bo1BOA: A

BCeX‘-

Hy)XHoO:



Llenb remocTtaTu4yeckom tepanuu

* Tpombouutbl 6onee 50 000

e dubpuHoreH donee 2,0 r/n
« MHO, AINTB meHee 1,5




Temn ycTpaHeHUA:

|

NMpoaonkarouieeca KpoBoTevyeHUe
f'Mnosonemus, WOK
Koarynonatua, AABC-cuHapom
TkaHeBaa runonepdys3uns, rMNOKCUA

1

Onpepensaet ncxop,



bnaroaapro 3a BHUMaHue!

kulikov1905@yandex.ru
8 9122471023



mailto:kulikov1905@yandex.ru
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